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Introduction
Ocular histiocytic tumors comprise a spectrum of morphological variants, including juvenile xanthogranuloma (JXG), Langerhans cell histiocytosis (LCH), and sinus histiocytosis with massive lymphadenopathy (RosaiDorfman disease) [1] . JXG typically shows histologic evidence of histiocytes with foamy cytoplasm and Toutontype giant cells [2] . LCH is characterized as a proliferation of Langerhans-type cells with indented grooved nucleus [3] . LCH expresses CD1a markers and has characteristic Birbeck granules on electron microscopic examination [3] . Rosai-Dorfman disease involves a process of emperipolesis and cells that stain S-100 positive [1] . The most common histiocytic tumor located in the orbit is the fibrous histiocytoma, which contains a prominent fibrous component frequently with a storiform pattern [4] . We report in a youth a unique presentation of a rare variant of fibrous histiocytoma of the xanthomatous subtype of the perilimbal conjunctiva and adjacent sclera that was composed almost exclusively of foamy lipid-laden histiocytes with minimal intervening fibrous tissue and no evidence of multinucleated giant cells.
Case Report
A healthy 11-year-old Caucasian boy presented with an asymptomatic, stable, non-tender, yellowish, dome-shaped conjunctival mass abutting the inferotemporal limbus of the left eye (Fig. 1a) . His parents indicated that the lesion was present for at least 1 year. The mass measured almost 4 mm in maximum diameter and contained several fine blood vessels. Ultrasound biomicroscopic examination disclosed a maximum thickness of 1.06 mm, with extension to within 0.5 mm of the anterior chamber (Fig. 1b) . The remaining ophthalmologic examination was unremarkable. There were no cutaneous lesions and no history of ocular trauma. The lesion was excised and was noted to extend into the sclera but a scleral patch graft was not required. Three years postoperatively, there was no evidence of recurrence, and examination, including gonioscopy and ultrasound biomicroscopy, was normal and unchanged from that noted at the 1-year follow-up (Fig. 1c, d ).
Histopathological examination disclosed a highly cellular lesion, extending to the deep surgical margins, composed of numerous histiocytes, which had a foamy cytoplasm and benign-appearing nuclei (Fig. 2a, b) . The mass contained small blood vessels in sparse fibrous septa without a storiform configuration. Lymphocytes and rare eosinophils were noted. Multinucleated giant cells were not identified.
Immunohistochemical analysis showed diffuse cytoplasmic positive staining with adipophilin ( Fig. 2c) , CD68, CD163 (Fig. 2d) , factor XIIIa, vimentin, CD34, and CD45. Staining for S100, melan-A, and CD1a was negative. The Ki67 stain was positive in 15% of cells. These findings were most consistent with a diagnosis of a rare variant of fibrous histiocytoma of xanthomatous subtype [5] .
Discussion
The clinical differential diagnosis included a lipodermoid, JXG, and fibrous histiocytoma of a common fibrous histological type. Lipodermoids on histopathological examination contain abundant adipose tissue and usually some epidermal appendages including hair follicles and sebaceous glands, which were not present in our patient's lesion. Typical fibrous histiocytomas contain variable numbers of spindled fibroblasts with fibrous tissue, frequently in a storiform pattern, and of heterogeneous histiocytes, usually including multinucleated giant cells [6] [7] [8] [9] . In contrast, our case contained a homogenous distribution of xanthomatous histiocytes with sparse fibrous septa without a storiform configuration or multinucleated giant cells. Although the immunohistopathological profile for fibrous histiocytoma is highly variable, several reports indicate fibrous histiocytoma to stain positive for factor XIIIa for dendritic cells, vimentin for mesenchyme tissue, and CD68 for macrophages, and to stain negative for S100, CD34, and CD1a [8] [9] [10] . This profile is consistent with our case's immunohistopathological profile, except for our positive CD34. Furthermore, Jakobiec et al. [11] showed negative staining of adipophilin in a fibrous histiocytoma without a foamy cytoplasm, in contrast to our case, which contained mostly CD163 positive histiocytic cells with a foamy cytoplasm that stained strongly positive with adipophilin. Thus, both the histological and immunohistochemical profile of our patient's lesion indicate that it is a rare variant of the xanthomatous subtype. JXG typically presents with multiple cutaneous eruptions in the head, neck, and upper trunk [2] and is composed of lipid histiocytes, chronic inflammatory cells, and in classical cases Touton giant cells, which have an external ring of lipid [1] . Our patient had no cutaneous lesions and no Touton or other multinucleated giant cells, but showed similar mononucleated histiocytes that stained positive for CD34, which has been reported as negative in JXG [2, 12] .
In 1970, Grayson and Pieroni [13] reported a solitary xanthoma of the limbus in an 11-year-old boy with histo- pathological similarities to our patient's lesion, consisting of foamy macrophages, but immunohistochemical studies were not yet available. However, their lesion contained prominent blood vessels and infiltrated the adjacent corneal stroma, obstructing the pupil. Our patient's lesion differed by predominately involving the perilimbal conjunctiva and sclera, containing only small blood vessels. In addition, we confirmed with immunohistochemical stains that the xanthomatous mass was composed predominantly of lipid-filled histiocytes.
Furthermore, a review of 290 cases of benign fibrous histiocytomas of the skin included 10 (3.4%) cases of "xanthomatous histiocytoma" subtype that showed similar histopathological features as in our case; these lesions were comprised of numerous foamy cells with relatively thin collagen bundles, rarely with a storiform pattern [5] .
Thus, the lesion presenting in our patient demonstrates the spectrum of findings in fibrous histiocytoma in that our patient's lesion had a unique presentation of a xanthomatous subtype of the conjunctiva and sclera while the predominantly fibrous subtype occurs more commonly [4, 5] . Also, our patient's lesion may represent a choristoma as the history indicates a stable lesion involving the deep margins and possibly was present since birth.
We believe that patients with fibrous histiocytomas, whether fibrous or xanthomatous, should undergo lifetime follow-up examinations, as the risk of recurrent disease or transformation to a more aggressive condition is possible [4, 6] .
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